P eeling skin syndrome (PSS) is a rare genodermatoses, probably of autosomal recessive inheritance with variable age of onset from birth to adulthood. 1 It is characterized clinically by spontaneous superficial peeling of the skin in a localized or generalized pattern associated sometimes with erythema and vesicle formation with seasonal changes, being worse in the summer. Hair, nail and biochemical abnormalities are rare. 1 Histologically, PSS is characterized by cleavage in the stratum conium or above the stratum granulosum with an essentially unremarkable stratum spinosum or dermis. 2 
Methods
We reviewed the medical records and clinical photographs of patients with recurring blistering diseases seen at the dermatology department of King Abdulaziz Medical City, Jeddah during the period 1986 to 2005. Skin biopsies were evaluated to identify the site of cleavage.
Peeling skin syndrome: 11 cases from Saudi Arabia
Faiza Al-Ghamdi, Ali Al-Raddadi, Mohamed Satti BACKGROUND: Peeling skin syndrome (PSS) is a rare genodermatoses of probable autosomal recessive inheritance. In Saudi Arabia, consanguinity of parents is common and consequently the occurrence of familial disease, including that of the skin, is not uncommon. METHODS: To characterize the clinical and pathological features of PSS in Saudi Arabia, we reviewed the medical records and clinical photographs of patients with recurring blistering diseases and conducted a histopathologic evaluation of skin biopsies to identify the site of cleavage. RESULTS: Eleven patients with PSS were seen at King Khalid National Guard Hospital in Jeddah between the years 1986 and 2005. Ages ranged between 2 and 15 years and there were 9 males (81.8%) and 2 females (18.2%). The most common presentation in the majority of patients was localized spontaneous peeling of the skin. Eight patients (72.7%) had a history of vesicles that were small, dry and peeled away. Trauma did not play a role in blister formation. All patients were local from Bedouin tribes where a family history of a similar complaint was documented in 8 cases (72.7%) and consanguinity of marriage was evident in 6 patients (54.5%). Histological examination of skin biopsies showed either intracorneal or superficial subcorneal cleavage above the granular layer in all biopsied patients. CONCLUSION: Although rare, PSS occurs in Saudi Arabia and is most likely related to consanguinity of marriages. This disease is generally mild and is characterized by intracorneal cleavage within the superficial epidermis. 
Results
Eleven patients were seen during the study period (Table 1) . Ages ranged between 2 and 15 years. There were 9 males (81.8%) and 2 females (18.2%).
The most common presentation in the majority of patients was localized spontaneous peeling of the skin. Eight patients (72.7%) had a history of vesicles that were small, dry and peeled away. Trauma did not play a role in blister formation. The age of onset of disease varied from birth to 5 years and the duration ranged from 4 months to 15 years. All patients were local from Bedouin tribes where a family history of similar complaints was documented in 8 cases (72.7%) and consanguinity of marriage was evident in 6 patients. Histological examination of skin biopsies showed either intracorneal or superficial subcorneal cleavage above the granular layer in all biopsied patients. Immunofluorescence testing, done in 2 patients was negative. Cases 1 and 2 were brothers. Cases 3, 4 and 5 were siblings. The remaining 6 cases came from unrelated families. In two patients the condition was worse during the summer months. Skin biopsies in most patients showed a separation or cleavage within the stratum corneum as shown in Figure 1 .
Cases 1 and 2
Case 1 was 3-year-old boy seen in our outpatient clinic due to development of vesicles on the skin of both the upper and lower limbs that ruptured, leaving a superficial continuous peeling of the skin. The condition had been noted since the age of 2 months with no seasonal variation. His general health was otherwise good. He gave a family history of a similar condition. His parents were first-degree cousins. Physical examination of the skin showed numerous areas of hypopigmentation and areas of erythema with superficial peeling involving the elbows, dorsum of both hands and the lower limbs ( Figure 1 ). Basic laboratory tests were unremarkable. Histological examination of the skin biopsy specimen showed cleavage within the stratum corneum above the granular layer ( Figure 1 ). Immunofluorescence was negative. His 6-year-old older brother (Case 2) presented with the same complaints, which started at the age of 2 months. His physical and histological findings were similar to his brother ( Figure 1 ).
Cases 3, 4 and 5
Case 3 was a 10-year-old boy with a history of flaccid vesicles that ruptured easily leading to peeling of the skin on both hands and feet since birth. His sister (Case 4), a 3-year-old and his brother (Case 5), a 2-year old had a similar presentation. There was no history of seasonal variation. Their parents were relatives. Physical examination showed superficial peeling of skin on the hands and feet with histological confirmation of subcorneal cleavage and negative immunofluorescence in Case 4 (Figure2).
Case 6
This case was a 10-year-old boy who presented with continuous skin peeling over the trunk, knees, and dorsum of the hands and feet, preceded by vesicle formation since he was 6 months of age. No associated cutaneous or systemic manifestations and no seasonal variation was noted. Skin examination showed superficial skin peeling with hypopigmentation on the abdomen, knees, and dorsum of the hands and feet (Figure 3 ). 
Case 7
This case was a 5-year-old boy who complained of fragile vesicles over the dorsum of both hands and feet that easily ruptured resulting in a continuous superficial peeling of the skin since the age of 2 years. This was associated with itching and erythema that was worse during the summer months. His uncle suffered from the same problem, but consanguinity of parents was not confirmed. Skin examination revealed peeling over the feet with areas of hyperpigmentation. Histopathologic examination of a skin biopsy specimen showed cleavage within the stratum corneum.
Case 8
This case was a 6-year-old boy who presented with depigmentation and peeling of the skin over the hands and feet for one year with no seasonal variation. His younger brother had a similar problem, but consanguinity of parents was not confirmed. Histopathology of a skin biopsy specimen showed subcorneal cleavage above the granular layer.
Case 9
This case was a 15-year-old girl with a complaint of superficial vesicle formation since the age of 3 months over the knees, hands and feet that ruptured resulting in skin peeling (Figure 4 ). No seasonal variation was noted. Her two brothers had a similar problem since infancy, and their parents were firstdegree cousins. No other significant cutaneous or systemic findings were noted. Skin biopsy examination showed cleavage within the stratum corneum ( Figure 4 ).
Case 10
This case was a 5-year-old boy who complained of depigmentation and peeling of the skin over the knees, hands and feet of 4 months duration with no seasonal variation noted. There was no family history of a similar problem. Skin examination showed desquamation over the dorsal surface of hands, knees and feet ( Figure 3 ). Histological examination showed intracorneal cleavage consistent with peeling skin syndrome ( Figure 3 ).
Case 11
Case 11 was a 10-year-old boy who presented with erythema and peeling of the skin over the knees, shin, and hands and feet (Figure 4 ) since the age of 3 months associated with pruritis, and worsening in the summertime. No family history was recorded. Histological examination showed intracorneal cleavage consistent with peeling skin syndrome ( Figure 4 ).
Discussion
Peeling skin syndrome is a genodermatoses commonly seen in communities where consanguinity of marriage is prevalent. The disease is of long duration and is apparently of an autosomal recessive mode of inheritance. Various names have been applied to these conditions and a number of individual cases have been described as the peeling skin syndrome. 3, 4 The differential diagnosis includes all variants of subcorneal disease. Subcorneal pustular dermatosis is clearly excluded since no pustules are seen. Bullous impetigo with subcorneal clefting is an acute condition while the condition described here is a chronic problem with no honey colored crusting or evidence of infection. Pemphigus foliaceus is excluded by the absence of acantholysis, negative immunofluorescence and the fact that the condition under consideration arises in children. Previous reports describe two types of PSS, non-inflammatory (type A) and inflammatory (type B) 2, 3 . In type A, there is asymptomatic peeling, with intact general health; histologically, there is orthokeratosis with a normal epidermis and splitting occurring either within the lower part of the stratum corneum or directly above the granular layer. In PSS type B, there are erythematous migratory patches with a peeling border; pruritis or burning may be conspicuous. Histologically, the erythematous peeling patches have a psoriasiform appearance, and the entire stratum corneum separates from the underlying epidermis. 3 PSS commonly shows generalized superficial desquamation, usually beginning at birth, infancy or early childhood and is persistent or periodic in most affected people, involving the trunk, limbs and occasionally the face, leaving mildly erythematous intact skin. Mild pruritus is a problem for some patients and patchy hypoor hyperpigmentation has been noted. The palms and soles are either spared or are mildly thickened without peeling, and hair, nails and teeth are usually normal, though one patient was reported with severe palmoplantar subcorneal blistering, icthyosis and keratotic cheilitis. 5 A few patients show seasonal variation with worsening in the summer months. 4 In contrast to previous reports the majority of our patients have localized distribution of skin peeling. The onset of symptoms is at birth, or shortly thereafter, and is marked by easy peeling of skin, mild pruritus in a minority of patients and a lack of systemic
